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O p h t h a l m i c  c o m p l i c a t i o n s 
including retinal detachment in 
hyperimmunoglobulinemia E (Job’s) 
syndrome: Case report and review of 
literature
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Hyperimmunoglobulinemia E (Job’s) syndrome is characterized 
by markedly increased levels of immunoglobulin E, recurrent 
cutaneous and systemic pyogenic infections, atopic dermatitis, 
and peripheral eosinophilia. Although ocular involvement in Job’s 
syndrome is rare, there are reports of keratoconus, staphylococcal 
chalazia with blepharitis, and  endophthalmitis by 
various authors. We present the first case report of retinal 
detachment with complicated cataract in Job’s syndrome.
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Hyperimmunoglobulinemia E (HIE) or Job’s syndrome is an 
immunodeficiency that was first described by Davis et al.[1] 
The name Job was chosen with reference to the Book of Job 
2:7: “So went Satan forth from the presence of the Lord, and 
smote Job with some boils from the sole of his feet unto his 
crown.” Job’s syndrome and Buvkley’s syndrome are subsets of 
the HIE syndrome. Elevated levels of serum immunoglobulin 
E (IgE) with values reaching >2000 IU (normal<200 IU) is 
the characteristic manifestation, which is due to defective 
T suppressor cell function. Herein we report a case with 
characteristic manifestation but with an additional, not yet 
reported finding of retinal detachment in Job’s syndrome.

Case Report
A 15-year-old male child had watering, irritation, and itching in 
both eyes of two years duration. He noticed dimness of vision in 
his left eye one year ago. Patient denied any history of trauma 
in the left eye. On presentation patient had visual acuity of 
20/20 in the right eye and perception of light with inaccurate 
projection in the left eye. External ocular examination revealed 
bilateral cicatrical ectropion with infective ulcerative blepharitis 
and lagophthalmos [Fig. 1]. In the left eye, the patient had an 
afferent pupillary defect with complicated cataract and no 
signs of uveitis. Intraocular pressure was 15 mm Hg in the 

right eye and 4 mm Hg in the left eye. B-scan ultrasonography 
in the left eye showed an hyperechoic membrane attached to 
the optic disc which could be appreciated on reducing the 
gain. This was suggestive of a longstanding closed funnel 
retinal detachment [Fig. 2]. Systemic examination revealed nail 
dystrophy, hyperextensibility of joints and hyperpigmented 
papulo-vesicular skin lesions suggestive of scabies over the 
groin. Blood investigation showed raised eosinophil levels. 
Serum IgA was within normal range, 3.53/IU/ml (normal 0.90-
4.50g/l), but Serum IgE was 7375.2IU/ml (normal 1.5-378.0 IU/
ml), which exceeded the normal value by 20 times. Human 
immunodeficiency virus (HIV) screening was negative. On the 
basis of ocular findings, systemic manifestations, and raised 
serum IgE levels, the patient was diagnosed as a case of left eye 
rhegmatogenous retinal detachment and complicated cataract 
associated with features of HIE syndrome. Patient was treated 
with azithromycin (250 mg) once a day for one week to prevent 
staphylococcal infection secondary to scabies, permethrin 
solution 5% for the groin lesions along with antihistamine 
tablets and topical antibiotic ointment in both eyes.

Discussion
The HIE syndrome is an autosomal dominant disease with 
variable expressivity; many patients show a partial phenotype. 
The responsible gene has been mapped to Chromosome 
4q, although it has not yet been identified.[2] Cell-mediated 
immunity is often abnormal in patients with HIE; the most 
common functional defects in host resistance are defective 
suppressor T cell function and defective neutrophilic 
chemotaxis.

Patients with HIE syndrome generally present with 
chronic and intense pruritis associated with widespread 
eczematous dermatitis which occasionally involve the eyelids. 
This pruritis is attributed to intradermal mast-cell histamine 
release triggered by the elevation of IgE.[3] Staphylococcal skin 
infection is common and manifests in the form of impetigo, 
furunculosis, paronychia or cellulitis. The characteristic 
feature of staphylococcal infection in Job’s syndrome is abscess 
formation without the anticipated degree of erythema and 
warmth. Pulmonary bacterial pneumonia and emphysema 
are the most frequent systemic infections and may result in 
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Figure 1: Presentation of patient with bilateral cicatrical ectropion with 
ulcerative blepharitis and complicated cataract in the left eye
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pneumatoceles that become the nidus for further bacterial and 
fungal infection. The most common infecting organisms are 
Staphylococcus aureus and Hemophilus influenzae. Job’s syndrome 
has also been associated with scoliosis in 76% of adult patients 
and hyperextensibility of joints in 68% of patients.[2] Peripheral 
blood eosinophilia may be marked, reaching levels of 50-60%. 
Serum IgE levels are consistently high (more than 10 times the 
upper limit of normal), even in infancy.

Kim et al.[4] reported a case of bilateral keratoconous in a 
28-year-old male suffering from Job’s syndrome. Although 
this association was of unknown etiology, it is important 
to consider this in HIE patients. In our patient, corneal 
topography of both eyes failed to demonstrate any ectasia. 
Destafeno et al.[5] reported a case of a 16-year-old female with 
recurrent chalazia associated with Staphylococcus aureus along 
with other manifestations of this syndrome. Frohn et al.[6] 
and Orhan et al.[7] have reported cases of corneal ulceration 
and perforation in patients with Job’s syndrome presumably 
caused by Staphylococcus aureus despite aggressive systemic 
and topical antibiotic therapy. Haslett et al.[8] have reported 
a case of endogenous Candida albicans endophthalmitis in a 
24-year-old female.

This is the first case report of retinal detachment with 
complicated cataract in HIE or Job’s syndrome in a young 
male. Our patient had no history of trauma or signs of uveitis 
in the involved eye. We speculate that the etiology and 
pathogenesis of retinal detachment in case of Job’s syndrome 
closely resembles with that of atopic dermatitis, which is an IgE-
mediated hypersensitivity reaction. Atopic dermatitis patients 
usually have multiple breaks that occur in the peripheral 
retina and vitreous base which may lead to rhegmatogenous 
retinal detachment and giant retinal breaks.[9] The etiology for 
these breaks is attributed to vigorous rubbing of eyes due to 
intense itching ,which could also be a probable cause of retinal 
detachment in our case. This detachment is non-inflammatory 
in nature as photoreceptors’ outer segments have been detected 
in aqueous of eyes of patients with atopic dermatitis with 
retinal detachment.[9]

Management in our case was only observation as patient had 
longstanding closed funnel retinal detachment with hypotony 
of the globe. Patients with Job’s syndrome should be carefully 
evaluated for detailed posterior segment examination and in 
cases where media opacity is present, B-mode ultrasonography 
should be done. This aids in early detection and treatment of 
retinal detachment, thereby reducing ocular morbidity and 
preventing visual loss.

References
1.	 Davis S D, Schaller J, Wedgewood R J. Job’s syndrome. Recurrent, 

“cold”, staphylococcal abscesses. Lancet 1966;1:1013-5.
2.	 Paller AS. Genetic immunodeficiency diseases. In: Freedburg IM,.

Eisen AZ, Wolff K, FrankAusten K, Goldsmith LA, Katz SI, editors. 
Fitz Patrick’s Dermatology in general medicine. 6th ed. New York: 
McGraw–Hill; 2003. p.1125-6. 

3.	 Patterson R, Oh SH, Roberts M, Hsu CC. Massive polyclonal 
hyperimmunoglobulinemia E, eosinophilia and increased IgE-
bearing lymphocytes. Am J Med 1975;58:553–8. 

4.	 Kim J, Netto MV. Keratoconous associated with hyperimmunoglobulin 
E syndrome. Cornea 2004;23:93-6.

5.	 Destafeno JJ, Kodsi Sr, Primack JD. Recurrent Staphylococcus aureus 
chalazia in hyperimmunoglobulinemia E (Job’s) syndrome. Am J 
Ophthalmol 2004;138:1057-8.

6.	 Frohn A, Weidle EG, Seelhorst A, Steuhl KP, Thiel HJ. Eye 
involvement in hyperimmunoglobulinemia E syndrome. Klin 
Monatsbl Augenheilkd 1990;197:432-5.

7.	 Orhan  M,  Ozkan  Y,  I rkec  M.  Eye  involvement  in 
hyperimmunoglobulinemia E (Job’s) syndrome. J Pediatric 
Ophthalomol Strabismus 2001;38:313-4.

8.	 Haslett RS, Moriarty AP, Vijayadurai P, Mc Galliard JN, Chandna 
A. Candida endophthalmitis in Job’s syndrome. Arch Ophthalmol 
1996;114:617-8.

9.	 Harnett Mary Elizabeth, Hirose Tatsuo. Retinal detachment 
in pediatric population. In: Schepens Charles L, Harnett Mary 
Elizabeth, Hirose Tatsuo editors. Schepens’ retinal detachment and 
allied diseases. 2nd ed. Boston: Butterworth Heinemann; 2000.p. 550 
10.

Figure 2: Ultrasonogaphy B-scan of both eyes showing no abnormality 
in the right eye whereas the left eye shows presence of longstanding 
closed funnel retinal detachment


